SUMMARY A 58-year-old woman presented with the classical features of polymyalgia rheumatica. She also had a global dementia; CT scan and EEG showed diffuse cerebral disease. After steroid treatment, the polymyalgia rheumatica and dementia rapidly resolved and the CT scan and EEG became normal. The inter-relationships of the giant cell arteritides are discussed in the light of this report of the association of polymyalgia rheumatica and steroid-responsive diffuse cerebral disease.
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Polymyalgia rheumatica' and cranial arteritis2 are syndromes with characteristic clinical features, an elevated erythrocyte sedimentation rate (ESR) and a dramatic response to steroids. Polymyalgia rheumatica may occur before or together with cranial arteritis2-4; both conditions are widely regarded as different manifestations of a single pathological process, namely a giant-cell arteritis occurring in the elderly.5 Giant-cell arteritis is also a cardinal feature of two other idiopathic disorders, Takayasu's disease6 and granulomatous angiitis7-'5; the arteritis of various systemic disorders such as tuberculosis, sarcoidosis and Hodgkins disease may be associated with giant cells though these are not usually termed "giant-cell arteritis"e '6 The inter-relationship of these arteritides is discussed in the light of our report of the unique association of polymyalgia rheumatica and steroid responsive diffuse cerebral disease.
Case report
A 68-year-old housewife presented with a 2 year history of progressing dementia and an 8 month history of painful proximal muscle weakness. The mental changes consisted of poor short term memory, confusion and circumlocutory speech. The proximal muscles were stiff and painful, especially in the morning and she was unable to rise from a chair. Her general health was good and she had not lost weight. She had no history of headache and there was no relevant medical or family history. She had received no medication. Examination revealed a relatively fit looking lady with a persistent low grade pyrexia of 37-4°C. There was no lymphadenopathy, arthritis, skin lesions or signs of cranial arteritis. Her intellect was globally impaired. The cranial nerves were normal. Her proximal muscles were tender and pain restricted testing of muscle strength. The distal muscles appeared normal in strength. Tendon reflexes were brisk and symmetrical; the plantar reflexes were flexor and co-ordination and sensation were within normal limits. Haemoglobin was 11.1 g dl-' with normal red blood cell indices. Total white blood count was 6- Granulomatous angiitis is a rare condition characterised by diffuse giant-cell arteritis of the small cerebral vessels, but with no or minimal involvement of the extracranial vessels.7-'5 The CT scan may show diffuse areas of low density similar to that seen in our patient.'3 CSF lymphocytosis and a raised CSF protein may be found. '0 12 The condition is seldom diagnosed in life and reports of its treatment are scanty; however some patients have apparently responded to steroids.7 '3 The association of polymyalgia rheumatica with granulomatous angiitis previously has not been reported and this association raises the question of the inter-relationship of the giant-cell arteritides. It has been suggested that Takayasu's disease, cranial arteritis and granulomatous arteritis form a spectrum of idiopathic disorders differing only in the size of the vessel involved.7 "In favour of this concept is the observation that in Takayasu's disease medium sized vessels may be involved as well as the aortic arch,6 and also that in cranial arteritis and in polymyalgia rheumatica the aorta may be affected.' 3 20 However, most authors have emphasised the distinct clinical and pathological features of these conditions.5 21 The differences between Takayasu's disease and cranial arteritis in respect of age of presentation, site of arterial involvement, type of complication, elevation of ESR and response to steroids have been reviewed Polymyalgia rheumatica with diffuse cerebral disease responding rapidly to steroid therapy by Fauci et al.2' Cranial arteritis and granulomatous angiitis are distinguished by the size and distribution of the involved arteries. The former characteristically affects the medium sized extradural arteries of the head and neck.'7 Conversely the latter is almost entirely confined to the cerebral vasculature where it involves the small arteries and venules. Furthermore the older age of presentation, the higher ESR, the normal CSF and the dramatic response to steroids which are seen with cranial arteritis help to distinguish this condition from granulomatous angiitis. These differences argue strongly for considering Takayasu' s disease, cranial arteritis and granulomatous angiitis as separate entities. However, compared to Takayasu's disease and cranial arteritis, granulomatous angiitis is an ill-defined clinical syndrome with few constant blood, CSF or radiological findings. It may be the non-specific result of a variety of disease and its occasional association with cranial arteritis,9 polymyalgia rheumatica, lymphoma'3-'5 or herpes zoster infections'5 would support this.
We believe that this particular case is important, not only for the association of polymyalgia rheumatica and cerebral disease, but also because it draws attention to an easily and rapidly reversible cause of dementia. In this respect is it noteworthy that the dementia had progressed for 16 months before the onset of the polymyalgia rheumatica.
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